Purpose: To report a rare case of large conjunctival B-cell lymphoma in a child.
O rbital involvement represents about 2% of extranodal lymphomas. 1 Of those, the mucosa-associated lymphoid tissue (MALT) subtype predominates and primarily occurs after the sixth decade of life. 2 Childhood conjunctival lymphoma is an extremely rare entity and may comprise a diagnostic challenge. We report a rare case of childhood conjunctival lymphoma.
CASE REPORT
A 13-year-old otherwise healthy girl was referred to our department with a 3-week history of right lower eyelid forniceal mass, initially diagnosed as a chalazion. Despite conventional treatments (warm compress, eyelid hygiene, and use of an ophthalmic ointment containing neomycin, polymyxin B, and dexamethasone), the mass continued to grow. On examination, a 15-mm, elevated, pink, conjunctival mass was apparent in her lower fornix (Fig. 1 ). The lesion was slightly tender to touch with mild ocular discharge. During surgery, the mass, which had a rubbery consistency, was maximally excised with scissors, followed by bipolar hemostasis. No additional local procedures were performed. The excised mass was sent for a pathological examination. Figure 2A demonstrates groups of cells containing large nuclei and scarce cytoplasm and nucleoli, positive for CD20 and Ki67 staining (Figs. 2B, C). Polymerase chain reaction analysis of the immunoglobulin heavy chain gene rearrangement showed monoclonality of B cells. The results were compatible with large B-cell lymphoma. Staging included bone marrow biopsy and cerebrospinal analysis that were without evidence of disease. Total body positron emission computerized tomography demonstrated positive reactive uptake of the left tonsil, but tonsillectomy yielded no evidence of malignancy. She was treated according to lymphoma malignancy B (LMB) protocol 3 for risk group A disease with prednisone, cyclophosphamide, doxorubicin, and vincristine. The conjunctival mass completely resolved, and there were no signs of recurrence during a 3-month follow-up period.
DISCUSSION
Most conjunctival tumors in children (97%) are benign and are pigmented or nonpigmented nevi. Only 3% are malignant. 4 Lymphoid tumors can occur in the conjunctiva as isolated lesions or as a manifestation of systemic lymphoma. Clinically, the lesion appears as a diffuse, slightly elevated, pink mass located in the stroma or deep to Tenon fascia, most commonly in the forniceal region. Biopsy is necessary to establish the diagnosis, and systemic evaluation should be performed.
Close follow-up of patients with conjunctival lymphoma is mandatory. Clinical analysis of conjunctival lymphoid tumor of 117 adult patients and relationship to systemic lymphoma revealed 101 patients with no evident systemic lymphoma at presentation. Systemic lymphoma was eventually developed in 7% of patients at 1 year, in 15% at 5 years, and in 28% at 10 years. 9 Treatment options depend on pathological diagnosis and include chemotherapy, external beam irradiation, excisional biopsy and cryotherapy, local interferon injections, or observation. Recent reports suggest that some lymphoid tumors are related to H. pylori or Chlamydia psittaci infections, and treatment with appropriate antibiotics could be beneficial. 4 Our patient was diagnosed with large B-cell lymphoma, a high-grade lymphoma. Chemotherapy was given accordingly. Longer follow-up including clinical evaluation and periodic imaging procedures is needed.
Conjunctival lymphoma may masquerade as chronic conjunctivitis or scleritis. 10, 11 In our case, the patient was initially misdiagnosed as suffering from a chalazion. However, the mass grew very quickly and seemed to involve mainly the fornix and not associated with the tarsus, making the diagnosis of a chalazion less likely. An excisional biopsy confirmed the diagnosis of conjunctival lymphoma.
In conclusion, although conjunctival lymphoma is a very rare entity in children, it should be included in the differential diagnosis of an eyelid or conjunctival mass especially when the clinical course is unusual. 
